Proceedings of the Royal Society of Medicine 28 Angiomatous Malformation.-REDVERS IRONSIDE, F.R.C.P. W. J., aged 56. Ticket collector. History of recurrent bouts of left supra-orbital headaches for twelve years, always worst at night and lasting one to one and a half hours. Sometimes associated pain behind left eye and in left cheek. Shortly after onset of headaches he began to drag the right foot and this has become more marked. No history of fits or migraine.
There is a faint port-wine stain in left supra-orbital region and scattered dark blue angiomatous masses in the skin and subcutaneous tissues of left arm, neck and right thenar eminence.
When both jugular veins are compressed in the neck or when the head is lowered a mass of tortuous and dilated veins becomes evident in the left forehead and eyelids, and the left eye becomes proptosed. With the patient's head lowered, a systolic murmur can sometimes be heard over the right eye. Some impairment of cutaneous sensibility over the forehead on the left side is due to alcohol injection of the supra-orbital nerve (October 1950) . Slight spasticity of rightjleg with increased knee and ankle jerks on right side. Both plantar responses extensor. Vibration sensibility impaired over both tibihe. B.P. 120/80. Blood W.R. negative. Urine normal. Plain X-ray of skull shows calcification in the posterior attachment of the falx. Left arteriogram (Dr. David Sutton): Abnormal collection of vessels above sella; several of these are hypertrophic ( Fig. 1 ). Large dilated veins in this region are in the early phlebogram phase. A. H. B., male, aged 31, was admitted to the Middlesex Hospital on 18.9.50 on account of progressive right-sided hemiplegia. He denied the presence of any neurological or allergic symptoms at any time before November 1942.
History.-In November 1942, aged 23, whilst serving in the Sudan, developed sandfly fever. During convalescence, three weeks later, he developed severe urticaria and angioneurotic cedema. As the tongue was swollen, arrangements were made to transfer the patient to hospital, but during the journey the condition settled down spontaneously. Within two weeks of this episode the patient noticed weakness of all limbs, at first particularly the right arm and a little later the right leg. He was readmitted to a military hospital, where a lumbar puncture was performed, and although he was not told the diagnosis he was boarded home to the UJnited Kingdom, where he was discharged from the Service. Since then the patient has noticed progressive loss of power of the right arm and leg. Since May 1945 there has been persistent impotence, since November 1947 urgency and frequency of micturition with occasional incontinence, and since 1948 parnsthesixe and numbness of the right arm and leg. During this period he has had recurrent attacks of angioneurotic cedema, and states that during such attacks his ability to walk is markedly affected. During attacks he is limited to less than 100 yards, whilst at other times he can manage more than a quarter of a mile. The effect of angioneurotic cedema has been invariable.
Examination on admission revealed normal mood and intellect, and apart from the presence of generalized dental sepsis all systems other than the central nervous system were found to be normal.
Central nervous system.-Pallor of both optic discs. Visual acuity, corrected R. 6/9, L. 6/18. Centrocxecal scotoma to 3/2,000 red left eye. No nystagmus. Arms: power impaired right, normal left. Tone normal. No ataxia. All reflexes increased, right more than left, but right triceps jerk inverted. Impaired perception of pin-prick, hot and cold, and cottonwool right hand. Abdominal reflexes depressed. Legs: moderately severe paresis right, slight left. Tone increased right more than left, with increased reflexes and bilateral extensor plantar responses. Impaired vibration sensation both feet, postural sense normal. Impaired perception of pin-prick, cotton-wool, and hot and cold over right foot.
Investigations.-C.S.F.: cells 1 per c.mm., protein 70 mg.%, Pandy test positive, W.R. 00000, Lange curve 0221100000. Blood W.R. negative. Skin sensitivity tests: strong positive to egg protein.
Progress.-On 28.9.50 patient developed severe urticaria which he attributed to having eaten eggs. This lasted twenty-four hours, during which time his disability was markedly increased, but it rapidly returned to normal as the urticaria faded. There was a further attack of urticaria on 4.10.50, when examination showed a marked increase in the degree of paresis and the appearance of an incomplete sensory level to pin-prick at D4 and to vibration sensation at D6.
Dental extraction, which had been recommended by the dental surgeon, was commenced under penicillin cover on 20.10.50. There was a further attack of urticaria on 4.11.50 and again during this there was a well-marked increase in the degree of disability with severe impairment of bladder function. During a further attack of urticaria on 8.11.50 examination of the C.S.F. showed 2 cells per c.mm., 60 mg. %0 protein and a Lange curve 0233221000.
Penicillin was given for further dental extractions on 18.11.50, and nine days later the patient became markedly feverish with severe joint pains and again generalized urticaria and angioneurotic cedema. During this attack, which lasted for seventy-two hours, there was complete loss of all forms of sensation below the level of D4, over-reaction to cutaneous stimuli just above this level and almost complete loss of power in the right leg. Examination of C.S.F. showed 5 cells per c.mm., 30 mg. %Y protein, and a Lange curve of 2334321000.
Since the completion of dental extraction and on an egg-free diet there have beenr no further attacks of urticaria, and the patient's neurological disability has decreased, although he still shows a persistent paresis of the right leg with about 30-40% loss of power. Comment.-Foster Kennedy (1950) has recently criticized the diagnosis of disseminated sclerosis in those cases that follow a favourable course. He considers that many of these cases are due to allergic manifestations in the central nervous system of a benign nature. He states: "Far more cases of allergic [sic] retrobulbar neuritis take place than occur as an early sign of multiple sclerosis." Foster Kennedy describes cases showing recurrent myelitic symptoms which he considers allergic in origin. The present case might be held to differ in that it has not run a benign course, there being considerable disability when active allergic manifestations are not present. If there were no history of urticaria in this case it would be difficult to arrive at any diagnosis other than that of disseminated sclerosis. It may be, therefore, that in this case the lesions in the central nervous system are those of disseminated sclerosis, and that their degree of activity is affected by the patient's allergic condition. Autopsy in this type of case would be most informative.
I am grateful to Dr. D. McAlpine for permission to report this case.
